Hajdu-Cheney syndrome, also known as type VI idiopathic osteolysis or acro-osteolysis, is a rare autosomal dominant disorder with variable expressivity, characterised by a distinctive facies, abnormal skull shape, premature loss of teeth, osteolysis of the terminal phalanges, and short stature. We would like to draw attention to the complication of basilar invagination and hydrocephalus in a child with this condition. To our knowledge, this finding has hitherto only been recorded in radiological,-'3 neuroradiological,4 and surgical56 publications in symptomatic adults.
Hajdu-Cheney syndrome
Hajdu-Cheney syndrome, also known as type VI idiopathic osteolysis or acro-osteolysis, is a rare autosomal dominant disorder with variable expressivity, characterised by a distinctive facies, abnormal skull shape, premature loss of teeth, osteolysis of the terminal phalanges, and short stature. We would like to draw attention to the complication of basilar invagination and hydrocephalus in a child with this condition. As a young child there were recurrent respiratory infections, asthma, and serous otitis media and he was found to have bilateral conductive hearing loss.
Additional features noted at 7 years included mild mental retardation, occipital prominence, coarse dark eyebrows, prominent coarse eyelashes, upward slanting palpebral fissures, puffy upper eyelids, telecanthus, poorly developed supraorbital margins, posteriorly rotated ears, featureless philtrum, delayed dentition, mild micrognathia, and poorly developed subcutaneous tissues of the face. Sweat pores were prominent in the axillae, groins, and over the anterior and lateral neck skin. The toe nails were dystrophic and there was koilonychia of the index fingers of both hands. Surgical scars were hypertrophic. He had mild persistent hepatosplenomegaly.
The following investigations gave normal results: G banded karyotype, thyroid function tests, urinary mucopolysaccharides, urinary organic and amino acids, and lysosomal enzyme activity in peripheral blood leucocytes and cultured fibroblasts. Radiographs showed abnormal tubulation of all long bones with metaphyseal expansion, longitudinal striations, and sclerosis of the mid-tibial diaphyses, distal tibiae and fibulae, metatarsal cortices, and posterior tali. There were submetaphyseal lucencies of the proximal humeri, dislocation and subluxation of the right radial head, broad sclerotic ribs, mild thoracic kyphosis, evidence of old metatarsal fractures with pseudarthrosis at a previous fracture site, osteolysis of several terminal phalanges of the fingers and toes (fig  1) , and metatarsus varus. The lumbar spine showed a 'bone within bone' appearance with increased density of vertebral body end 
